Papillary eccrine adenoma associated with syringocystadenoma papilliferum
Sir, Papillary eccrine adenoma, first described by Rulon and Helwig in 1977 , is an uncommon, longstanding, benign tumor of sweat glands, usually located on the extremities of darker skin individuals, especially females. 1 Clinically, it presents as an asymptomatic, occasionally painful or pruritic, solitary, firm dermal nodule, though other clinical variants have been reported. 1, 2 Although malignant transformation of papillary eccrine adenoma is very rare, complete excision of the tumor or Mohs micrographic surgery is preferred. 2, 3 We report a case of papillary eccrine adenoma with syringocystadenoma papilliferum, for its rare presentation.
A 15-year-old boy presented with asymptomatic, pinkish, raised lesions on back of 5-years duration. The lesions slowly progressed to the present size. On examination, multiple grouped pink to violaceous, dome-shaped, coalescing papules of size 0.5 cm × 0.5 cm, with perilesional hyperpigmentation, were present on the left lateral aspect of lower back in the paravertebral region. A few papules showed central umbilication, while others showed erosions [ Figure 1 ]. Punch biopsy from a papule revealed thick stratum corneum, acanthosis and mild spongiosis with dense band-like inflammatory infiltrate composed of lymphocytes and histiocytes in upper dermis. Mild dermis showed variable-sized dilated tubular structures lined by two layers of cuboidal epithelium with stratification at places. The lumen contained amorphous and granular eosinophilic secretions. Intervening stroma showed fibrovascular tissue. Features were consistent with papillary eccrine adenoma [ Figure 2a ]. It showed positivity to S100 and epithelial membrane antigen [ Figure 2b and c]. Punch biopsy from another papule showed orthokeratosis, acanthosis and downward cystic invagination from the epidermis. The upper portion of the invagination was lined by keratinized squamous cells and lower portion showed papillary projection into the cystic cavity, lined by two rows of cells. Luminal row of cells was composed of high columnar cells with oval nuclei and faintly eosinophilic cytoplasm; outer row of cells was consisting of small cuboidal cells with round nuclei and scant cytoplasm. At some places, luminal layer was arranged in multiple layers. Dermis showed lymphoplasmacytic inflammatory infiltrate. Features were consistent with syringocystadenoma papilliferum [ Figure 3a and b]. Syringocystadenoma papilliferum is a benign hamartomatous adnexal tumor, which presents either as solitary, multiple or linear verrucous, dome-shaped, translucent or pinkish, grouped papules or plaques. 4 The origin of syringocystadenoma papilliferum is still controversial. Presumably, it arises from pluripotent cells with the potential to exhibit either apocrine or eccrine lineage of which apocrine differentiation is more common. 4 Syringocystadenoma papilliferum can be easily differentiated from papillary eccrine adenoma by its characteristic histology. 4, 5 Syringocystadenoma papilliferum shows multiple epithelial invaginations extending down from the epidermis and contains numerous papillae which consist of a dermal fibrovascular core, lined by two layers of epithelial cells, luminal columnar cells with decapitation secretion and outer cuboidal cells. A characteristically marked plasmacytic inflammatory cell infiltrate is present within the fibrous cores. 4, 5 Similar to our case, Coyne and Fitzgibbon also reported this rare association of syringocystadenoma papilliferum and papillary eccrine adenoma in a 67-year-old man with a scrotal condyloma. 6 The term "Tubulopapillary hidradenoma" was introduced to describe benign sweat gland tumors, characterized by combining ductal as well as apocrine and eccrine glandular differentiation which include both papillary eccrine adenoma and tubular apocrine adenoma. 4 Tubular apocrine adenoma usually presents on the scalp as superficial dermal nodule and shares the histological features of papillary eccrine adenoma, except that the latter has a peripheral myoepithelial cell layer. Intraluminal papillary projections and eosinophilic amorphous material are also found in tubular apocrine adenoma. However, immunohistochemical positivity with S100, carcinoembryonic antigen and epithelial membrane antigen suggests eccrine origin of papillary eccrine adenoma. 4, 5 Eccrine differentiation of papillary eccrine adenoma is further suggested by positive amylophosphorylase reaction, while the lack of staining with acid phosphate rules out apocrine differentiation. 4 Decapitation secretion is not found in eccrine adenoma as compared to apocrine adenoma.
Differential diagnosis of papillary eccrine adenoma includes digital papillary adenocarcinoma. Clinically, digital papillary adenocarcinoma presents as a rapidly progressing nodule with acral distribution in elderly individuals with infiltration in surrounding skin and high chance of recurrence. 4, 5 Histologically, it shows both nodular solid and cystic granular pattern of cuboidal or low-columnar epithelial cells, with back-to-back arrangement or cribriform pattern of glands. 4, 5 Multiple cystic spaces, containing eosinophilic material, with luminal papillary projections are characteristically present. Decapitation secretion, cytonuclear atypia, increased mitotic activity or tumor necrosis may also be seen, albeit very uncommon. Another differential is syringocystadenocarcinoma papilliferum, characterized histologically by disorderly arrangement of papillary projections, cytological atypia and loss of double-layered epithelium. 5 The reports of coexistence of syringocystadenoma papilliferum with tubular apocrine adenoma and/or with papillary eccrine adenoma suggest that tubular apocrine adenoma, papillary eccrine adenoma and syringocystadenoma papilliferum may represent a spectrum of inter-related tumors. [5] [6] [7] [8] Our case adds to the evidence of this spectrum of differentiation.
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